The Sjogren-Larsson syndrome, which is inherited in an autosomal recessive mode, is characterised by mental retardation, spastic diplegia or tetraplegia, and congenital ichthyosis.' In addition specific ocular fundal changes are found,' later described as 'glistening dots,' located in the foveal and parafoveal areas surrounding the foveola.? Jagell et al. 4 In spite of fairly extensive sectioning within the posterior pole, the midperiphery, and the periphery we did not find any retinal changes that could be The pigment epithelium of the posterior pole showed, in addition to post-mortem changes, a very high content of lipofuscin but a fairly low content of melanin ( Figs. 1 and 2 ). The number of lipofuscin granules per cell profile was 55-6±2-4 (SEM), the number of melanolipofuscin granules 8 5±0 5, and the number of melanin granules 6-8±0-4. Many pigment epithelial cells were very voluminous, their apical part being rounded instead of more or less flat.
Discussion
Feeney-Burns et al. 6 performed careful morphometric analysis of the granular content of human pigment epithelial cells of eyes from each 10 decades of life. In the third decade, corresponding to the age of the present subject, the number per macular pigment epithelial cell profile of lipofuscin granules was about 15, the number of melanolipofuscin granules about 11, and the number of melanin granules 14*97±0-99 (SEM). The number of lipofuscin granules was significantly (p<0001) higher (3-4 times), the number of melanolipofuscin 'ranules significantly (p<005) lower, and the number of melanin granules significantly (p<0.001) lower in the subject with Sjogren-Larsson syndrome than in the control material provided by FeeneyBurns et al. 6 The reason for the prominent increase in lipofuscin content may be a decrease in pigment epithelial capacity for digestion of lipofuscin (phagosomes), or an increase in phagocytosed material, or both. However, apart from post-mortem changes the photoreceptor outer segments did not seem to show any signs of degeneration, a fact that speaks against an increase in phagocytosis.
The histopathology of the glistening dots is unknown. The cause may be inclusions in the retina. No retinal inclusions have been found, but their presence cannot be excluded either. It is also possible, however, that a very heavy accumulation of lipofuscin may form the basis of these ophthalmoscopic changes. Although such heavy accumulations were not observed, they cannot be excluded. 
